INTRODUCTION
C utaneous mastocytosis is a rare disorder. The variants of this entity are urticaria pigmentosa, mastocytoma, diffuse cutaneous mastocytosis (DCM), and telangiectasia macularis eruptiva perstans (in decreasing order of frequency). [1] Diffuse cutaneous disease is of two types -pseudoxanthomatous or xanthelasmoid and bullous. Cutaneous mastocytosis is otherwise benign disease as it undergoes pubertal involution [2] exception being bullous mastocytosis (BM) having a more guarded prognosis. [3] It is very important to differentiate DCM from other forms of infantile bullous disorders.
CASE REPORT
A 4-month-old, well-nourished, appropriate for age, male infant presented with bullous eruptions over the scalp, face, all four limbs, and front of the trunk. Back was spared. He was a single child born by normal vaginal delivery with an uneventful perinatal history. He started developing the lesions from day-7 of neonatal life. Local physicians treated the patient with systemic and topical antibiotics but without the dermis laden with sheets of mononuclear cells in the interstitium as well as around appendages. Giemsa stain showed positively stained metachromatic granules in the mononuclear cells, and the diagnosis was confirmed [ Figure 4 ].
The patient was treated with oral hydroxyzine (2 mg/kg/day), oral prednisolone (started with 2 mg/kg/day for first 7 days and then gradually tapered), and oral ranitidine (2 mg/kg/day), and for ruptured bullae, topical mupirocin was prescribed to prevent secondary infections. Bullae started to disappear after 4-5 days leaving hypopigmented spots behind [ Figure 5 ]. The parents were counseled regarding the prognosis and course of the disease. The patient is in follow-up for the last 1 year and doing fine except for a few relapses during common febrile illnesses which subsided with short course of oral corticosteroids.
DISCUSSION
BM is a rare and severe variant of cutaneous mastocytosis. Other forms of cutaneous mastocytosis usually present in infancy with a slightly higher male preponderance. Although usually sporadic in incidence, many familial cases have also been reported. [4] Glu-839-Lyc c-kit mutation has been linked with the typical childhood disease. [5] Mostly, it follows an indolent course, and the skin lesions resolve by adolescence. However, unfortunately, the subtype of mastocytosis reported by us, i.e., BM in pediatric patients has guarded prognosis with the potential risk of experiencing shock and sudden death. [5] Cutaneous mastocytosis is associated with both local and systemic symptoms that are caused by the excessive production of mast cell-secreted mediators such as histamine, leukotrienes, proteases, and/or heparin. Although skin is the most common organ involved, other organs, i.e., liver, spleen, bones (lytic lesions), gastrointestinal tract, etc., might also be involved in this disorder giving rise to varied clinical presentation. [6] The symptoms may include cutaneous flushing, blisters, pruritus, respiratory distress, syncope, bone pain, epigastric pain, vomiting, diarrhea, etc. [7] Darier's sign is typically present. [7] At times, the clinical picture of BM is misdiagnosed as case of staphylococcal scalded skin syndrome, erythema multiforme, or epidermolysis bullosa due to the presence of bullous lesions resembling those found commonly in the aforesaid conditions.
The diagnosis of BM is based on the clinical features and histopathology examination. Demonstration of abnormal proliferation of dermal mast cells clinches the diagnosis. The appropriate stains used to detect mast cells in the tissues include Giemsa, toluidine blue, Leder, and monoclonal antibodies that recognize tryptase or CD117. [7] Serum tryptase level is usually raised.
The main goal of treatment is to control signs and symptoms caused by release of mediators from mast cells.
Combinations of H1 and H2 blocking agents have been the mainstay of treatment for most of the uncomplicated BM cases. However, these drugs provide only symptomatic relief and do not alter disease course. [8] Other drugs mentioned in various studies include mast cell stabilizers such as ketotifen, psoralen and ultraviolet A, and alpha interferon. Systemic and topical corticosteroids show good result (as in our case) as reported by several authors. [6, 9] Physicians should warn the parents regarding avoidance of conditions that are associated with excessive degranulation of mast cells such as drugs (e.g., aspirin, codeine, morphine, quinine, radiographic contrasts, thiamine, etc.), bacterial toxins, physical stimuli (sunlight, heat, cold, etc.), poisons (e.g., snake and hymenoptera venoms), polymers such as dextrans, and biological peptides (e.g., wasp, bees, lobster, and ascaris).
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